Sir, Dermatomyositis (DM) is an autoimmune connective tissue disorder involving the skin, muscles, and other organs. Many consider it to be a paraneoplastic manifestation of organ specific malignancy. Paraneoplastic dermatomyositis (PDM) is most commonly associated with lung carcinoma in men and ovarian and breast carcinoma in women. [1, 2] The reported frequency of malignancy in literature varies from 7% to 60%. [1, 2] The association between PDM and esophageal carcinoma is very rare.
A 45-year-old male presented with reddish skin lesions, muscle weakness, dysphagia, and joint pain of 2 months duration. The skin lesions first appeared on the abdomen and later involved the chest, back, upper limbs, and thighs. This was soon followed by dysphagia to both solid and liquid foods and joint pain involving the shoulder, hip, and ankle joints. The patient also had difficulty in raising his arms, in climbing stairs, and getting up from the squatting position. On examination the patient had bilateral ill-defined erythematous edematous plaques periorbitally more prominent on the lower eyelids (heliotrope rash) [ Figure 1 ], multiple discrete and confluent erythematous patches with erosions, scaling, and areas of hyperpigmentation distributed on the anterior abdomen, posterior trunk, upper limbs, and thighs (Holster sign). Periungal telangiectasias were present along with ragged cuticles. There was painful limitation of movement of the shoulder, hip, and ankle joints.
Antinuclear antibody (ANA) profile, anti-Jo-1, anti-Mi-2, and antimelanoma differentiation antibodies (MDA-5) were negative. Serum creatine phosphokinase (CPK) level (1115, normal: 25-195) and lactate dehydrogenase (LDH) level (414, normal: 135-225) were elevated. However, electromyogram (EMG) and muscle biopsy were normal. A fiber-optic esophago-gastro-duodenoscopy (OGD-scopy) showed an ulcero-proliferative growth at the distal end of the esophagus and extending to the esophageal-gastric junction suggestive of malignancy. A high contrast CT-scan of the abdomen and chest did not show any secondaries or malignancies elsewhere. A skin biopsy of the lesions on the trunk showed interphase dermatitis with perivascular Figure 2 ]. A biopsy of the ulcero-proliferative growth of the esophagus showed a neoplasm arranged in sheets and nests, composed of pleomorphic cells with hyperchromatic nuclei, scanty cytoplasm, and bizarre cells, suggestive of a poorly differentiated carcinoma [ Figure 3 ]. Immunocytochemistry showed cytokeratin [ Figure 4 ], while p63, CD3, and CD20 were negative ruling out secondaries in the esophagus. We made a final diagnosis of paraneoplastic DM with poorly differentiated carcinoma of the esophagus.
Our patient presented with heliotrope rash, Holster sign, ragged cuticles, and an erythematous rash histologically consistent with DM. The patient had clinically elicited proximal muscle weakness and elevated CPK and LDH levels. Thus, with the characteristic rash of DM and with two criteria of myositis of the Bohan and Peter criteria, a diagnosis of probable DM was made. The hallmark of this case was the very rare occurrence of esophageal carcinoma in association with paraneoplastic DM. There are less than 10 case reports in literature. [3] Another hallmark of this case was the presence of the carcinoma at the esophageal-gastric junction which to the best of our knowledge was not reported elsewhere. Another very important highlight of our case was the severe dysphagia seen in our case. Moderate to severe dysphagia is the hallmark of DM due to the involvement of the cricopharyngeus and other skeletal muscles of the pharynx and esophagus. Hence, this symptom is considered to be a part and parcel of DM and usually OGD-scopy is not done. However, in our case, the severe symptoms and dysphagia to both solid and liquid foods prompted us to do OGD-scopy and we could pick up the esophageal carcinoma. Hence, we advocate that an OGD-scopy be made mandatory for any patient with DM to rule out esophageal carcinoma. 
